Three siblings of a consanguineous parents with involuntary movementsare reported. The mother had only a very slight neck tremor, without any other neurological abnormality, and the father had died. The 38-year-old son (Case 1) complained of involuntary movements at the age of 6. His involuntary movementswere observed in the tongue, perioral region and upper and lower extremities: jerky movements with dystonic features. The 46-year-old elder brother (Case 2) experienced involuntary movementsat the age of 18. Involuntary movementswere observed in the upper extremities; he also had torticollis and tremulous movementsin the neck, and jerky movements in the perioral region. They showed gait disturbance and dysarthria. The 35-year-old sister (Case 3) also experienced involuntary movements. Whenshe was writing, her involuntary movementswere obvious: dystonia and myoclonic jerks. Tremor in the neck was also seen. Their intelligence was below average. Weconcluded that this family had hereditary torsion dystonia, with myoclonus, and low intelligence. This condition may be associated with an autosomal recessive gene. (Internal Medicine 34: 843-846, 1995) 
Introduction
There are some types of hereditary movement disorders with a non-progressive course (1) (2) (3) . Wetreated a family of three siblings with non-progressive involuntary movementsconsisting of jerks and dystonic features, and a slight degree of intellectual impairment associated with an autosomal recessive trait. Typically, hereditary torsion dystonia has an autosomal dominant gene (4) and does not show intellectual disturbance (5) . Therefore, this family showed a peculiar form of movement disorder. To our knowledge,no similar cases have been reported; here so we describe these three siblings with hereditary non-progressive torsion dystonia.
Case Reports
The parents of the patients were consanguineous: first cousins (Fig. 1) . The father died of gastric carcinoma and liver cirrhosis at the age of64. The mother showed only a very slight degree of postural tremor in the neck. Except for this neck tremor, she did not show any neurological abnormality. She stated that she had had normal intelligence and no movement disorders whenshe was young.
Case 1: 38-year-old male ( Fig. 1 : III-4) Case 1 started to walk late, at the age of 20 months. He noticed involuntary movements in the perioral region at the age of6 and in the upper extremities at the age of 12. Whenhe was a primary school student, his academic scores were low. His involuntary movementsand low degree of intelligence continued. When he was 32 years of age (1988), he was admitted to our clinic for these problems. He was admitted again at the age of 38 (1992 (Fig. 2) . Computerized tomography (CT) of the head was normal. According to the methods described by Warner et al (6) and Nagafuchi et al (7), DNAanalyses forHuntington's disease and for dentatorubro-pallidoluysian atrophy (DRPLA) were performed. It was confirmed that the patient did not have Huntington's disease or DRPLA. L-dopa increased the involuntary movements. Trihexyphenidyl and tiapride were slightly effective. Clonazepam was effective for his involuntary movements. Halloperidol, isonicotinic acid hydrazide, bromocriptine, valproic acid, carbamazepine, and diazepam were not effective, although carbamazepine and diazepam were not used for a long period because they caused skin eruptions. Alcohol was effective for Hereditary , and serum level of parathyroid hormone was less than 0.6 ng/ml. Serumlevels of copper and ceruloplasmin were normal. Cerebrospinal fluid was normal. EEG, nerve conduction velocities of the peripheral nerve, CT of the head, SEPs and VEPs were normal. Tiapride was slightly effective, and beta-blocker decreased neck tremor. Alcohol was slightly effective for neck tremor. Case 3 started to walk when she was 13 months old. At the age of 1 2, she noticed tremulous movementswhen she used her right hand. She was admitted to our clinic at the age of 30 (1987) .
HerWAIS was 79 in the verbal IQ, 83 in the performance IQ and 80 in the total IQ. Involuntary movements were observed in the upper extremities and neck. She showedspasm in the arms, whenshe stretched them. Whenshe was writing, the involuntary movementsin her neck and right hand increased; jerky movementsin the right arm and oromandibular dystonia were also observed. Whenusing scissors, she had less neck tremor, than when writing. She showed dysarthria and gait disturbance. She had normal tendon reflexes and no pathologic reflex. Ataxia and sensory disturbance were not present. The count and morphology of the red blood cells, hepatogram, serum lipids, amino acids and endocrinological studies, serum levels of copper and ceruloplasmin were normal. Serumcalcium and phosphate were normal (Ca: 9.6 mg/dl, P: 3.9 mg/dl). Serum level of parathyroid hormone was less than 0.6 ng/ml.
Cerebrospinal fluid, EEG,nerve conduction velocities of the peripheral nerve, CTof the head, SEPs and VEPs were normal. Halloperidol was effective for her involuntary movements.
Discussion
These three patients had consanguineous parents, early onset of involuntary movements, slightly low intelligence and non-progressive course. All three patients showed the involuntary movementsof tremor, dystonic features and myoclonus. Tremor was seen in the hand of Case 1, in the hands and in the neck of Case 2, and in the hand of Case 3 when writing. Tremor is often observed in dystonia. Myoclonus, chorea and tics may be associated with dystonia (5, (8) (9) (10) . Thejerky movements of myoclonus should be differentiated from those of chorea and tics. Myoclonus is a sudden, rapid, brief and simple musclejerk.
Chorea is irregular, unpredictable, brief jerky movement that flits from one part to another in a continuous, random sequence. In these patients, such a random flow of movementwas not observed. Tics are repetitive, irregular stereotypic movements. In these patients, irregular vocalization was not observed, and we could not see the complex movements,which is observed in tics. Thejerky movementsin the three patients were considered as myoclonus. In Case 1, a slight degree oftorticollis, writer's cramp, oromandibular dystonia and dystonia in the feet were observed. In Case 2, obvious torticollis, writer's cramp and oromandibular dystonia were observed. In Case 3, writer's cramp, torticollis and oromandibular dystonia were observed.
Thus, these patients had dystonic features, associated with tremor and myoclonus, and were therefore they were diagnosed as having hereditary torsion dystonia.
There is some confusion in the classification of hereditary essential myoclonus, hereditary myoclonic dystonia, hereditary torsion dystonia and benign hereditary chorea (2) . These disorders could show non-progressive courses, and the combination of jerky movementsand dystonic features (2). Quinn (3) reported family cases with torsion dystonia, who had been previously reported as having hereditary progressive chorea without dementia. Essential features of benign familial chorea absence of other neurological deficits. In the present cases, an autosomal recessive trait was suggested, and intellectual disturInternal Medicine Vol. 34, No. 9 (September 1995) bance and other movement disturbances such as tremor and dystonia were also observed. Thus, these patints were different from hereditary essential myoclonus. Patients with dystonia and myoclonusare categorized as having myoclonic dystonia (9) . Recently, some familial cases with myoclonic dystonia were reported (2, 12, 13). Quinn et al (2) proposed that hereditary myoclonic dystonia is distinct from hereditary torsion dystonia based on the following points : more "shock-like" jerks, non-affectedness of the legs and dramatic response to alcohol. Patients with hereditary myoclonic dystonia, associated with intelligence impairment and an autosomal recessive trait, have not been reported yet. In Cases 1 and 2, alcohol was slightly effective in decreasing myoclonic or tremulous movements, but not dramatic. Myoclonic jerks in these cases were not "shock-like" and were compatible with those seen in hereditary torsion dystonia.
The mother showed only a very slight degree of postural tremor in the neck. However, she did not show any other neurological abnormality. Weconcluded that she did not have the same movement disorders as the three patients, and that they showed an autosomal recessive trait. In non-Jewish families with hereditary torsion dystonia, an autosomal recessive trait or intelligence impairment are not common ( 14) . Fletcher et al (4) showed that idiopathic torsion dystonia in the United Kingdom was autosomal dominant inherited, and that there was no evidence for the existence of an autosomal recessive form. In order to confirm the diagnosis of these patients, we maybe able to use molecular genetic analysis and/or find somebiochemical evidence of the symptomatic dystonia in the near future. For the present, we conclude that this family may belong to an atypical form of idiopathic torsion dystonia with intellectual disturbance, non-progressive course, and movement disturbances of dystonia, tremor and myoclonus, perhaps associated with an autosomal recessive gene.
